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up to fifty times the normal quantity of copper has been found in
the liver. This probably indicates an abnormal storage of copper by
the tissues in hepato-lenticular degeneration and does not prove that the
disease is in any way due to poisoning by copper.
4.-CLINICAL PICTURE
In the recognition of a new disease it is inevitable that only those cases
which correspond to a single clear-cut picture can be identified, but
with growth of experience it has been found here, as elsewhere, that the
clinical picture and the pathological lesion vary within wide limits.
Thus the tremor which was so striking a feature of Wilson's original Tremor
cases has not always been found in later verified cases of the disease.
It is occasionally absent or very late in development, and cases have
been recorded in which the involuntary movements have been of a
writhing character (torsion spasm).
The clinical picture contains the usual features of disease involving Signs of
the extrapyramidal motor system, i.e. rigidity, involuntary movement,
absence of true paralysis, and absence of qualitative change in the lesion
reflexes. Sensation is not impaired, and sphincter control is retained
until the terminal stage of the illness.
Tremor may be the initial symptom. It is of the Parkinsonian type.
Diffuse muscular rigidity gradually develops and with it a progressive Rigidity
disorder of articulation leading finally to anarthria. Dysphagia also Ananhria
develops and may in part be responsible for the emaciation which is Dysphagia
present in the later stages of the illness. The patient tends to adopt a
general attitude of flexion, in which the muscular rigidity fixes him,
rendering him finally bedridden and helpless.
A common sign, but in some cases elicited only by slit-lamp examina- Kayser-
tion, is the presence of the Kayser-Fleischer ring of pigmentation at ^}^cher
the limbus of the cornea. This is seen as a zone, about two millimetres
wide, of greenish-brown haze at the periphery of the cornea. When
illuminated obliquely it may cast a faint but appreciable shadow on
the iris. Its nature has already been discussed (see p. 448).
In the series of four cases in one family described by Barnes and Hurst
all four children presented clinical indications of an hepatic lesion,
accesses of fever, attacks of slight jaundice, ascites, and haematemesis;
three of them also developed the signs of a nervous lesion, whereas in
one these signs were absent. In the first three the characteristic nervous
lesions of hepato-lenticular degeneration were found at the necropsy,
but not in the fourth. This last-mentioned case presented convulsions as
a terminal symptom, and in all four the mode of death suggested a
severe toxaemia. In most of the recorded cases there has not been any
clinical indication of an hepatic lesion.
The incidence of psychical disturbance is uncertain. In the cases of Mental
Barnes and Hurst symptoms of this order, though never severe, were disturi>ance
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